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We report a case of a neonate with a congenital midline cervical cleft diagnosed postnatally at birth.
Classical clinical presentation, ﬁstulogram and microlaryngoscopy established prompt clinical diagnosis
and excluded associated anomalies. She underwent operative treatment during early infancy with
excellent cosmetic and functional long-term results.
 2013 Elsevier Inc. Open access under CC BY-NC-ND license. Congenital midline cervical cleft (CMCC) is a rare anomaly of the
anterior midline of the neck identiﬁed at birth. There have been
fewer than 50 reports in the English literature [1]. We present
a classic case of CMCC treated with multiple Z-plasties with excel-
lent long-term functional and cosmetic results.1. Case report
A baby weighting 3100 g was referred to us with a congenital
neck abnormality noted at birth. She was born at term by normal
spontaneous vaginal delivery after an uneventful pregnancy. Preg-
nancy scans at 12 and 20 weeks were reported normal. Her parents
were healthy and nonconsanguineous. The patient had no airway or
feeding difﬁculties, and her cry was normal.
On examination, there was a vertically oriented cleft of pink
tissue in the anterior midline neck, with an associated nipple like
projection at the cephalic end and a sinus tract opening caudally,
discharging mucoid material (Fig. 1). No other associated malfor-
mations were noted.
A ﬁstulogram performed at 2 months of age showed the sinus
to be a narrow channel, 0.9 cm in length, coursing toward the
suprasternal notch and ending abruptly. There was no connection
with other structures.fax: þ44 (0)29 2074 6322.
es.nhs.uk (S.N. Huddart).
NC-ND license. The patient was treated surgically at 3 months of age. At micro-
laryngo-broncho-scopy; pharynx, larynx, and the tracheobronchial
treewere normal. The cleft with nipple like skin tag at cephalic end,
underlying ﬁbrotic tissue and the sinus at the caudal end were
excised completely, and the vertical elliptical wound was closed by
multiple primary Z-plasty (Fig. 2).
Histological examination of the excised tissue showed the cep-
halic skin tag of normal epidermis with occasional bundles of
skeletal muscle. Cleft was lined by stratiﬁed squamous epithelium
without skin appendages. The sinus tract was lined by pseudos-
tratiﬁed nonciliated columnar epithelium with occasional area of
tubuloalveolar glands of the bronchial type.
The postoperative course was uneventful. At 9 year follow-up,
she is well and the cosmetic result is excellent with no restriction of
movements or any contracture functionally.2. Discussion
CMCC is a rare congenital fusion anomaly of anterior midline of
the neck. Exact embryology is unknown but it appears to occur as
a result of fusion abnormality of the paired ﬁrst and second bran-
chial arches in themidline during embryogenesis [2]. It is usually an
isolated anomaly but associated other malformations have been
reported sporadically with other clefts of the tongue, lower lip,
and mandible [3e6]. Two cases at one hospital within a span of
10 days have been reported [7]. It occurs predominantly in Cauca-
sian females.
Fig. 1. Front view of the lesion. Note: nipple like skin tag at the top, cleft in the middle
and the sinus distally.
Fig. 2. Pre per and postoperative planning, performance and closure of multiple Z-plasties. Note: complete excision of the ﬁbrous cord.
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ranging from a simple cleft of the soft tissue to an extreme defect
associated with clefting of the mandible and/or sternum and
a possible loss of other midline structures, such as portions of the
hyoid bone. They usually are detected at birth as cutaneous
weeping ulceration with an overhanging skin or a cartilaginous tag
in the midline anterior neck.
There is usually a sinus tract protruding downward from the
cutaneous component, which in complete clefts may make
connection with the sternum or mandible. Alternatively, theexternal skin tag may cover a short sinus that ends in a blind pouch
[8]. Histologically, the skin tag, cleft and sinus tract consist of
mesodermal elements, with ﬁbrous tissue and interwoven skeletal
muscle and occasional glandular structures.
Although most patients are asymptomatic at diagnosis with
an apparent cosmetic concern due to ugly appearance of the
CMCC, neck contractures and mandibular or sternal growth
abnormalities may develop in untreated patients. An exostosis
from the midpoint of the mandible can form resulting from
persistent traction from the contracting ﬁbrous cord under-
neath the cleft. CMCC can prevent full extension of the neck,
result in micrognathia and torticollis, predispose patients
to infection, and can coexist with other clefting defects or
cysts [1].
Surgical intervention is, therefore, necessary to avoid potential
long-term complications, such as scarring, contractures and
limitation of neck mobility. Complete surgical excision of the cleft
including the underlying ﬁbrous cord is recommended procedure
of choice preferably in the infancy. The reconstruction involves
multiple Z-plasty procedure to avoid the formation of hypertro-
phic scars and provide enough length to avoid contracture at
a later date. This is of cosmetic and functional importance to
avoid the inevitable scarring and contractures which follow later
in the life.
Recurrence rates are high and have been reported up to 9
years after initial operation. Complete surgical excision of the
CMCC lesion and entire subcutaneous ﬁbrous cord similar to
chordee correction in hypospadias surgery is necessary to
limit this risk. Simple short sinuses less than 2 cm length
may be excised through stair step incisions, with a technique
similar to that used for some second branchial clefts.
More complicated clefts are excised with a series of Z-plastyincisions that improves the functional and cosmetic
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